A patient with extramedullary solitary tumor had progressive sensory motor neuropathy, generalized pigmentation of skin, pretibial edema and gynecomastia. Serological examination of this patient showed monoclonal IgA-X gammopathy. Histologically, the tumor was defined as an IgA ( X type) positive extramedullary plasmacytoma by using peroxidase anti-peroxidase staining. The tumor was accompanied by angiofollicular lymphoid hyperplasia. Pathologically, it was recognized as an extramedullary plasmacytoma associated with Castleman's disease like changes, and was successfully treated by surgical resection, followed by irradiation.
In 1956, Crow reported two patients with the characteristic findings of skin pigmentation, hyperhidrosis of palms and soles, severe peripheral neuritis, edemaof ankles and plasma cell myeloma (1). In 1968, Fukase et al (2) described a Japanese patient showing the sameclinical features of these cases and an association with an extramedullary plasmacytoma. Since then over one hundred cases have been reported in Japan (3, 4), however only three cases were associated with extramedullary plasmacytoma (5-7). One case had both a bone lesion and extramedullary plasmacytoma (6). In this paper, a patient with Crow-Fukase syndrome associated with an extramedullary plasmacytoma is reported. The clinical signs and symptomsof CrowFukase syndromewere markedly improved after surgical resection of the tumor, followed by irradiation.
CASE REPORT
An 83-year-old Japanese man first noted a left axillary mass in 1982. As the histological examination of this tumor showed no malignant features, the mass was not treated. In 1986, he developed numbness in the distal portion of the lower extremities, and the following year, edema of pretibial and ankle region, minimal pleural effusion and generalized pigmentation of skin. In late 1987, progressive walking difficulty and severe numbness of lower extremities appeared. A neurological examination on admission disclosed diffuse hyporeflexia in the four extremities and distal dominant sensory disturbance in the lower extremities which were attributed to polyneuritis. Generalized dark-brown skin pigmentation, gynecomastia, hyperhidrosis of palms and soles, pretibial pitting edema and pleural effusion were also observed.
The biochemical analysis of serum showed high titer of IgA (704 mg/dl), but titers of IgG and IgM were within the normal range. A monoclonal gammopathy of IgA-X type was disclosed by using an immunoelectrophoresis technique. Bence Jones protein was not detected. Thoughthe numberof plasma cells detected by bone marrow aspiration was slightly higher (3.8%) than the normal level, it was considered to be in the normal range of his age. The radiographic skeletal bone survey did not demonstrate the existence of plasmacytoma. Bone scintigram also showed no abnormalities.
The endocrinological study disclosed an increased testosterone titer (90 ng/dl) in peripheral blood. The titer was decreased to the normal level after treatment.
The electrophysiological study of the peripheral nerves showed slowing of the nerve conduction velocities and a reduced amplitude of nerve action potentials in the median, ulnar, sural and peroneal nerves. Teased fiber analysis of the sural nerve showed axonal degeneration (condition E) in 17% of myelinated fibers and segmental demyelination in 12%. The number of myelinated fibers was moderately decreased (5,044/mm2) on morphometric analysis of transverse section.
The histological examination of the axillary tumor which was removed surgically confirmed it to be an extramedullary plasmacytoma with angiofollicular hyperplasia.
Peroxidase anti-peroxidase staining showed monoclonal proliferation of plasma cells containing IgA-X chain immunoglobulin.
After surgical resection of the axillary tumor, gynecomastia and numbness of the lower extremities 
DISCUSSION
Only four cases (2, 5-7) of Crow-Fukase syndrome have been reported to be associated with extramedullary plasmacytoma;one of these cases also had a bone lesion (6). The prognosis reported in three reports (2, 5, 6) and that of our case was The concentrical proliferating vessels (big arrow) resemble the changes in Castleman's lymphoma. These findings indicate an extramedullary plasmacytoma associated with Castleman's lymphoma-like change. F indicates lymph follicle (Anti-1 antibody, PAP method, x 120).
Shirabe et al extramedullary tumor of this case. These changes were not described in the previously reported cases of extramedullary plasmacytoma of Crow-Fukase syndrome. It may be that some cases of Castleman's disease are associated with polyneuritis, but not with such varying signs as in Crow-Fukase syndrome (8, 9) . On the other hand, somecases of Castleman's disease have been reported to have monoclonal cell proliferation (9-ll). But these cases had no neuropathy, skin pigmentation, edema or gynecomastia which were observed in our case.
Although Nakanishi et al (4) reported that Castleman's disease-like changes were observed in 19 of 30 Crow-Fukase syndrome cases which were examined pathologically using lymph nodes which were obtained by biopsy. These changes were observed in the small lymph nodes, which were less than 3 cm in diameter, and these were not found as a tumor but as generalized lymphadenopathy (4). This is the first case of Crow-Fukase syndrome which is complicated with extramedullary plasmacytoma with features of Castleman's disease. Nakanishi et al (4) 
